Introduction
Phaeochromocytoma during pregnancy is rare and life-threatening to both mother and fetus (1) . Pregnancy leads to diagnostic difficulty, whereas early diagnosis and appropriate management improves the prognosis (2) . Only a few hundred cases managed during pregnancy have been reported and, as far as we know, there are no publications of bilateral tumour managed during pregnancy. We report a pregnancy complicated by bilateral phaeochromocytoma managed during a triage situation in Sri Lanka.
Case report
A 25-year old housewife was seen at 18 weeks of amenorrhoea at the University Obstetrics and Gynaecology Unit, De Soysa Hospital for Women in Colombo. She was in her second pregnancy. An intrauterine death had occurred at 35 weeks of her first pregnancy the previous year, when she had been found to be mildly hypertensive. She had delivered a macerated fetus weighing 1800 g at a district hospital. Her hypertension had not been followed up. She had experienced dizzy spells associated with profuse sweating, starting around 24 weeks of gestation of her first pregnancy, increasing in frequency in the latter stages. These symptoms had regressed after delivery.
At the antenatal booking for her second pregnancy she was asymptomatic. There was no family history of significant disease. She was admitted to hospital for evalu ation as her resting blood pressure was 140/100 mmHg. Blood pressure recordings made in the seated and left lat eral positions fluctuated between 160/110 and 130/70 mmHg. She had no fibromata, naevi, pigmentation or pedal oedema. Her resting heart rate was 90/minute, and all peripheral pulses were palpable and synchronous. She had no cardi omegaly or abnormal heart sounds. Abdominal palpation showed that the uterine fundal height corresponded to the period of amenorrheoa. The central nervous system was clinically normal with normal ocular fundi. Over the next two weeks she developed episodes of headache, flushing, dizziness and sweating 4 to 5 times a day. She confirmed that these symptoms were a recurrence of what she had experienced in her first pregnancy. She was treated with nifedipine 30 mg/day and hydralazine 150 mg/day orally.
Her biochemical and endocrine investigations (Tables 1 and 2 ) revealed an elevated urinary vanillyl mandelic acid excretion and diabetes mellitus. The renal pro file, serum calcium, thyroid hormone and Cortisol levels were normal. Ultrasound scanning of her abdomen showed a right suprarenal mass measuring 10 x 18 cm, and the left suprarenal gland was normal. Her renal dimensions and outlines were normal. There was an intrauterine single live fetus with the fetal size and liquor volume corresponding to her dates. A resting electrocardiogram and two-dimen sional echocardiography were normal. An elective adrena lectomy was planned at 21 weeks of gestation. The blood pressure was controlled preoperatively with prazosin and phenoxybenzamine. She was started on human premixed (30: 70) insulin injection 20 units twice daily. Sur gery had to be performed in a triage situation following a major bomb blast in Colombo the evening before. Conse quently, all elective operations had been cancelled, and there was a serious shortage of intensive care facilities. In view of her extremely labile blood pressure and hyperglycaemia, the attending team decided to proceed with planned surgery, despite constraints. Her blood pres sure was controlled peri-operatively with intravenous ni troglycerine. A 12x18 cm right suprarenal tumour was re moved. Exploration of the left adrenal gland was equivo cal, made very difficult by the gravid uterus. Postopera tively her blood pressure was 160/100 mm Hg, and easily controlled with hydralazine 50 mg three times a day. She remained normoglycaemic without insulin. Fetal ultrasound revealed satisfactory fetal well being. On the tenth postop erative day she experienced a recurrence of dizziness and palpitations. She was normolensive, had no postural hy potension and was not anaemic. Repeat estimation of 24 hour urinary VMA excretion showed an elevated excretion at 13 mg/day. Detailed ultrasound of left adrenal gland retroperitoneal region showed no tumour. She was there after managed as an outpatient with fortnightly review. She remained normotensive on methyldopa 500 mg/day. Her glycaemic control was maintained on diet alone until she required human insulin 8 units daily from 35 weeks. There was asymmetrical fetal growth retardation with a satisfac tory liquor content.
An elective lower segment caesarean section was per formed, at 37 weeks under epidural analgesia. A baby girl weighing 2140 g with an Apgar score of 9 and 10 at 1 and 5 minutes respectively was delivered. The baby remained well and was breastfed. The mother was asymptomatic and her blood pressure was 140/100 mmHg postpartum, and her urinary VMA had risen to 22 mg/day. Computerised tomography confirmed the presence of a tumour in the left suprarenal. At 8 weeks postpartum, she underwent surgical excision of the left suprarenal tumour. Postoperatively she was asymp tomatic, normotensive and normoglycaemic, and on steroid replacement alone. Her urinary VMA excretion remained within normal limits. One year after surgery, she remains well. She has an intra-uterine device for contraception.
Discussion
Phaeochromocytoma is a rare neuroectodermal tumour which can present with a broad range of clinical manifesta tions. A major manifestation is hypertension, which may resemble pregnancy-induced hypertension (PIH). Differen tiation between these two conditions is not always easy, and a high index of clinical suspicion is the key to diagnosis. Phaeochromocytoma must be considered in any pregnant woman with severe hypertension, particularly if noted be fore 20 weeks of gestation, and is associated with sweating, palpitations or headache (2) . The combination of hyper tension and diabetes mellitus should also alert the clinician to the diagnosis (3). Abdominal palpation and fetal move ments are recognised precipitants of symptoms of catechola mine excess in patients with phaeochromocytoma (4).
Estimation of catecholamine in urine and blood is a reliable method of confirming the diagnosis. Pregnancy does not alter urinary catecholamine levels (5) . Radiological tests to localise the tumour may not be easily interpreted be cause of a gravid uterus (6) . Ultrasound and magnetic reso nance imaging can be used to localise tumour during the antepartum period.
Our suspicion of residual tumour following resec tion of the right suprarenal tumour was supported by the recurrence of symptoms, a rise in blood pressure and blood glucose level, and a rise in urinary VMA. The diagnosis was confirmed by postpartum computerised tomography. Maternal deaths have been reported in unsuspected cases of phaeochromocytoma, but those diagnosed antenatally and managed appropriately have had successful mater nal and fetal outcomes (1) . Surgery is the only curative method available, and the exact timing of surgery during pregnancy is a critical issue. Following confirmation of the diagnosis, alpha blockade is essential and beta block ade may also be necessary. Tumour resection has a good maternal and fetal outcome in the first and second trimes ters. When detected in advanced pregnancy, medical management and elective caesarean section at term fol lowed by tumour resection is recommended (7) . Preop erative alpha-receptor blockade, good surgical technique, careful anaesthetic management and monitoring have re duced perioperative maternal and fetal mortality below 3% (8) .
Bilateral tumours occur in approximately 10% of sub jects with phaeochromocytoma. As far as we know bilat eral phaeochromocytoma has not been reported in the world literature during pregnancy. Following bilateral adrenalectomy for bilateral phaeochromocytoma, with a recurrence at an extra-adrenal site during pregnancy a successful pregnancy outcome has been reported (9) . Combining tumour resection of radiologically localised tumours with caesarean section has been reported to be successful by many workers (10, 11) . Ultrasound scan ning for remnant tumour being negative in our patient, and the advanced state of her pregnancy, with satisfac tory fetal growth in the third trimester, justified our con servative approach to her management. This approach has the theoretical risk of malignant transformation, which is reported to be extremely rare (5) .
